LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

BonocaTokneTouYHbIX NenKo3

KnuHnyeckue pekoMeHaaumn MuHaapasa Poccuu - B3pocrnble - peaakums 2024 1, ctaTyc «MpumMeHaeTca» Ha 04.11.2026 - MKB-10: C91.4 -
Accoupalps oHKonoros Poccun, HalmoHanbHoe reMatonormieckoe o6LecTso, PernoHanbHas obuecTBeHHas opraHmnsaums «ObLwecTso
OHKOremaTornoros»

BonocaTtokneTouHbI nenko3 (BK/T) — peakoe xpoHudeckoe B-kneTouHoe numabonponmbepaTMeHoe
3aboneBaHne, 06bI4HO C MOPaXeHNeM KOCTHOIO MO3ra 1 Cene3éHkn. PekoMeH4aLms onncbiBaeT NOATBEPXAEHNE
[MarHo3a, KpUTepum Hadana neyveHnst, CxeMbl Tepanmm BrepBble BbIIBNEHHOMO 1 peupavsmpytowero BKS1, a Takxe
Be[eHNe MHOEKLIMOHHBIX U LIUTOMEHUYECKNX OCMTOXHEHUN.

naBHOe

- BKJ1cnenyeT nogo3pesaTb Npy OOHOW UM HECKONBbKMX LMTOMEHUAX, TMMMOLUTO3E, MOHOLIUTOMEHUU,
CcrnneHoMeranmm nnm 4acTbiX MHOEKLLMOHHO-BOCMANUTENbHBIX 3NU304aX.

B kpoBw naumeHToB ¢ BKJT xapakTepHble «BonocaTble»/ «BOPCUHYATbIE» NMMMOLMTHI O6HapYXMBatoT B 95%
CIy4aeB, HO X KONMMYECTBO MOXET BblTb Pa3fMUHbIM.

[lMarHo3 noaTsepxaatoT COBOKYMHOCTBIO AaHHbIX: 6onee 5% «BonocaTbiX» NMMMEPOLMTOB B KPOBM U/UIN KOCTHOM
MO3re, TUMNYHBIM B-KNeTOUHbIM MMMYHOMEHOTUMOM, XapakTEPHON MHOUNbTPALLMEN KOCTHOMO MO3ra U1
BbiBMeHeM MyTaumn BRAFVG0O0E.

Py OTCYTCTBMM LLUTOMEHWM UMM 3HAYMMOW CMINIEHOMEranin, He HapPaCTAOWEN LIUTOMEHMM NETKON CTEMNEHM,
OTCYTCTBUM UHDEKLMI M CUMMTOMOB CrieLMdUUeckoe nedeHmne He HaumHatoT, eCli BO3MOXEH KOHTPOSb HE pexe
ofHoro pasaB 2 Mecsua (YYPC, vO0O5).

OCHOBHble Noka3aHWA K NeYeHWo: Hannume 3HaumMMom Unu yeyryongaoLwenca UMToneHmnm — remornobuH <110 r/n,
TpombouunTsl <100x10°%/11, HenTpodUIbl <2,0x10%/11, — MHPEKLMOHHbBIE OCMTOXHEHWUS, CUMMNTOMHAS UK
HapacTaloLas cnneHomeranua (YYP C, YOO 5).

maBHas yrpo3sa rnpu BKIT — nHpekumsa Ha poHe HenTponeHuu. Jiobyto runepTepMmnio, He 06bACHAEMYIO
NUPOreHHoM peakLmen Ha MHTePPEPOH, PaCLLEHNBAIOT KakK MHPEKLMOHHOE OCNOXHEHME 1 TPEBYIOT HeMeaneHHON
CUCTEMHOM MPOTUBOMUKPOBHOM Tepanmm.

Mocne 3aBepLUeHNst NneveHnss TpebyeTcsa NOXM3HEHHOE HAabMIOleHNE reMaTonora; obLLMM aHanm3 Kposu
KOHTPOMMPYIOT HE pexe 2 pa3 B rofl, pasmep ceneaéHkn — He pexe 1pasasrog (YYPC, YOO 5).

OunarHocTuka

1. CobpaTb xanobbl 1 aHaMHEe3, BKtoYas CBEeHNSI O CaboCTH, OAbILLKE, KPOBOTOUMBOCTU, MHDEKLIMAX, TAXECTU B
neBoM noapebepbe, CemeliHbix 3a60M1eBaHNAX KPOBU; OLLEHUTL o6Liee cocTosHue no ECOG (YYP C, YOO 5).

2.TpoBecTV OCMOTP, ayCKybTaLMio 1 NanbnaLmio: OLEHUTb KOXY, MONOCTb PTa U MUHAAMNMHbI, BCE AOCTYMHbIE
nepudepuyeckme NMMooyanbl, NedeHb M CeneséHky, a Takxke onpeaenvts ECOG (YYP C, YOO 5).

3. BbIMONHUTL pa3BépHYThI OBLLMIM aHANN3 KPOBK C UCCNEeNOBaHNEM Ma3Ka: OLLEHUTb LIUTOMEHWUN, MTUMPOLMTOS,
MOHOLIMTOMEHMIO U HaNn4une «BopCUHYaTbIX» MMMPONOHbIX KNEeTOK (YYPC,YO05).

4. T10NYy4YNTb KOCTHbBIM MO3I NS MUeNorpaMMbl; NpY HEOBXOANMOCTH AOMONHUTL 06CNefoBaHVe TpenaHobuoncren
ANSA OLLEHKM NMMOOUOHON MHQUNBbTPaLMK, GUbpOo3a, pe3ePBOB KPOBETBOPEHMS U AndPepeHLIanbHOm
AMarHoCTVKM C annasunen kposetsopeHnd (YYP C, YOO 5).

5. MNpoBecT NPOTOUHYIO LUTODTYOPUMETPUIO KPOBU UM KOCTHOIO MO3ra C LUMPOKOW MaHebio MapKepoB. TUMUYHbI
cunbHagsa akenpeccus CD19, CD20 n CD22, akcnpeccus CD11c, CD25, CD103, FMC7, CD123 n otcytcTaune CD5, CD10,
CD23; UIMMYHO(GEHOTUMNMPOBaHME 06513aTeNbHO ANa BepudmkaLmm amarHosa (YYP C, vOO 3).

6. ccneposatb MyTaumio BRAFV600E B nMdoLMTaX KPOBW MM KOCTHOIO MO3ra; OHa BbigBnsgeTcd 6onee yem B 95%
ClNy4aeB 1 MoMoraeT OTNNYNTb Knaccudeckui BKJIToT apyrnx B-kneTouHbix 3abonesaHum n BapnaHTHOM GopMbl
(YYPC,vOO4).

7. 0na yTouHeHWs aMarHo3a npy HeOAHO3HaYHbIX AAHHBIX UCMOMb3YIOT UMMYHOMMCTOXUMUYECKOE NCCrneaoBaHme
KOCTHOr0 MO3ra; onpefeneHune aktuBHOCTU TRAP BbINOMHAIOT Kak AOMOMHUTE bHbIM METOA MOATBEPXAEHNS
onarHosa (YYPC, YOO 5).
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8. Mpw NOA03PEHUM Ha IKCTPaMEYNISAPHBIN OYar BbIMOMHSIIOT ero 61Uomncuio ¢ MOPhONOrnyeckmM,
UMMYHODEHOTUMNUYECKUM UMM MMMYHOTUCTOXMMUYECKMM MCCNIeA0BaHNEM W, MPU BO3MOXHOCTW, ONpeaensoT
MyTaumio V600 BRAF (YYP C, YOO 5).

NeueHue

« [py NoKasaHusX K Tepanmm 1 HEMTPONEHUW NEPBLIM 3TaNoM NPUMEHSIOT MHTEPPEPOH anbda-2b nnu
narvHTepdepoH anbda-2a. MiHTepdepoH anbda-2b 06bl4HO Ha3HavaloT Ha 12-16 Hefenb B 4o3e 2 MH ME/M2, TO
ecTb 3 MrH ME 3a BBeleHWe, NoAKOXHO 3 pa3a B Hefento; NaruHTepdepoH anbda-2a — 90-135 MK noaKoxHO 1pa3
BHeaeno (YYPC, YOO 4).

MNpu BbIpaXXeHHOW HEMTPONEHUM UM aKTUBHOM MHOEKLLMM [0 NMPUMEHEHWSA aHanora nypuHOB MOXET
NCMonb30BaTbCa BeMypadeHnd 240-960 Mr/cyT 0O BOCCTAHOBMNEHUA HENTPODOKMNOB Bbilwe 1,5x10°/n; 06bI4HO
npuMeHsiioT 240-480 Mr/cyT B TedeHue 12-16 Hepgens (YYP C, YOO 4).

OcHOBHOW 3Tan f1e4eHns Bnepsble BbisBNeHHOro BK/T— oanH KOpoTkui Kypc knagpubuHa: 0,1 Mr/kr/cyT 7 AHen nnm
0,14 Mr/KricyT 5 oHew; NpeanoYTUTENbHO exeaHeBHoe noakoxHoe seeaeHune (YYP A, YOI 2). Ko-TprMoKcason u
aLMKNOBUP NMPUMEHSIOT MO MNOKa3aHWAM; NPU HENTPOMEHWUN KX MPUMEHEHWE 06A3aTENbHO A0 BOCCTaHOBEHNS
YPOBHA HeNTpodunos >1,0x10°/1.

CrnneHakTOMMIO MPUMEHSIIOT NPY CUMMTOMHOW TPOMBOLMTOMNEHUN, HESPPEKTUBHOCTU UM HEMNEPEHOCUMOCTU
NeKapCTBEHHOM Tepanun, MHdapKTe U pa3pbiBE CENE3EHKM, a TakxKe npu cenesénke 6onee 10 cM HXe
PEBEPHOM AYTN N HE3HAYNTENbHOM MHOUMBbTPALWMM KOCTHOMO Mo3ra (YYP C, YOO 5).

Mpw NO34HEM peLumanBe, Korga pemuceus anvnach 6onee 5 neT, NOBTOPSIOT NeYeHne, aHanornyHoe NepBuYHOMY.
Mpuy paHHeM peunanBe MeHee YeM Yepes 5 et UCMNOSb3YI0T KOMOUHALLMK C PUTYKCUMABOM Ui OBUHYTY3yMaboMm;
MOHOTEepanus knaap1véuHoM Npu TakoM peLmanee ManoaddektrsHa (YYP B, YOO 3).

Ecnnuepes 6-12 mecsLes nocne KnagpubrHa He AOCTUrHYTa NOHas PEMUCCUSA, MOBTOPSAIOT KNaapuuH B
MPEXHEM pexmnMe 1 106aBNsT pUTykCcuMab 375 Mr/m2, Bcero 6 BBeieHnin C nHTepsanom 28 axHen (YYP B, YOO 3).

Mpwu pedpakTepHoM BKJ1 ¢ myTaumernt BRAFV600E Bo3MoxeH BeMypadeHud 480 Mr/cyT He MeHee 2 MecsLLEeB [0
pemMuccum; ong ycuneHuns agdekTta 0o6aBngoT putykcumab 375 Mrim2 0o 8 BBeaeHu. [pyrov BapuaHT —
KNnagpubuH c puTyKCMMabom nnu cxema RB: putykcmnmab 375 Mr/m2 B 1-11 1 15-1 oHW nntoc 6eHgamyctuH 70-90 mr/
M2 B 1-2-11 IHK, [0 6 LMKNOB C UHTEPBANOM 4 Hedenw.

Mpw NOAO3PEeHWU Ha MHDEKLIMOHHBIV NPOLLECC HEMEAIEHHO HAaUYMHAIOT CUCTEMHYIO MPOTUBOMUKPOBHYIO TEpanuio.
Mpu TemnepaType =38,0 °C, coxpaHsoLwencs 2 4aca, Ui npu odare MHdeKLMn nepsor NMHUEN BHYTPUBEHHO
NPUMEHSIOT NUNepaumninH+[Tazobaktam] 4,5 r 3 pasa B CyTKM UnM LedonepasoH+[cynbbakTam] 4 r 2 pasa B
CYTKW; BO3MOXHbI Lledenum 2 r 2 pasa nnuv uedTtasmanm 2 r 3 pasa B CyTKM B KIIMHKKaX C HU3kom yacToTom BI1PC.

Korpa HanpaBuUTb U KakK Ha6bnoaatb

« [1py nopo3peHun Ha BK/1 naumeHTa HanpaBasioT K Bpavy-reMaTonory B LeHTP aMbynaTopHOW remMaTonornyeckon/
OHKONOrMYeCcKOoM NOMOLLM UM FreMaToNorMyeckoe OTAeNeHMe; NP HEBO3MOXHOCTU BbINOMHUTbL AVArHOCTUKY Ha
MecTe — B CMeLManM3MpoBaHHYO MEONLIMHCKYIO OpraHu3aLmio.

MnaHoBas rocnuTanM3aLms HyxHa 4nst neveHns, TpebytoLlero KpyrnocyTOYHOro HabniogeHns 13-3a TSXECTH
3a60neBaHNs, OCMOXHEHUI UM PUCKa OCTOXHEHMI Tepanuu, a Takxe A1 GUONCUi 1 Apyrux MHBa3UBHbIX
MCCnenoBaHuii, KOTOPbIE HEMb3S BEIMOMHWUTL aMbyNnaTOPHO.

OKCTPEHHO roOCNUTaNU3NPYIOT NPU TAXENON NHOEKLIUW, TUNEPTEPMUN C UHTOKCUKaLIMEN UM CENTUYECKUMM
NpU3HaKamu, OblxaTelbHON HEAOCTAaTOYHOCTU, CUMNTOMHOW 1yOOKOM aHEMMU, BbIPAXEHHOM FreMopparMyeckom
CUHOPOME, HENTPOMNEHUN C MHDEKLMEN, pa3pbiBE UK Yrpo3e pa3pbiBa CENe3EHKM, a TakXe Npu NMxopanoyHoOM
MWENOTOKCUYECKOM arpaHynoLmMTo3e Unn TAXENON MHPY3NOHHOW peakLLu.

AMBynaToOpHOE neveHne NHOeKLMM B NepUoL HENTPOMEHUW [ONYCTUMO, ECIU OXUAaEMas HEMTPONEHUA ONUTCH He
6onee 5-10 gHen, TemnepaTypa HUxe 39 °C aBnaeTcs e AMHCTBEHHbBIM CUMITOMOM, HET 3HAYUMbIX U3SMEHEHWI B
NETKMX, MMNOTEH3NN, AbIXaTENbHON HEAOCTaTOYHOCTH, HAPYLLEHUS CO3HaHMS, KPOBOTEUEHUS U AeKOMNeHcaumm
XPOHNYECKMNX 3a60M1EeBaHUI; NPW YXYOLEHWUN COCTOSHUA HYXHa 9KCTPEHHAs roCnnTanm3aums.

YacTble BOMNPOChHI

Kakne nokasatenu ABNSOTCA NoKasaHWeM K Hayany nedenusa BK/1?
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JleveHwne HaumHaloT nNpu remornobuHe <110 r/n, TpomboumTax <100x10°/n, HenTpodunax <2,0x10°/1, MHOEKLMOHHbIX
OCNOXHEHWNSX 1Y CUMATOMHOW/HapacTaloLLen cnineHoMeranuu. MNpu He HapacTatoLLen NErkon LMToneHu 6e3
CUMMTOMOB M MHPEKLMN BO3MOXHO HabntoaeHue.

Kak noaoTeepXaarT AUMarHo3 BOJIOCaTOK/IETOUHOIO nenkosa?

Hy>Hbl nccnegoBaHme KpoBW M KOCTHOMO MO3ra, MPOTOYHAas LLUTODNYOPUMETPUSA C TUMMYHBIM GEHOTUMOM,
Mopdonormyeckas oLeHka KOCTHOro Mo3ra 1 nounck MyTaumm BRAFV600E. B kauecTBe AONOMHUTENbHBIX METOLOB
NCMOMb3YIOT UMMYHOMMCTOXMMMYECKOe UccnenoBaHue U TRAP.

Kakow npenapat siBnsieTcs OCHOBOM NepBOM IMHUN?

OcHoBHOW nNpenapaT — kKnagpubuH: 0,1 Mr/kr/cyT 7 aHen nnu 0,14 mr/kr/cyT 5 aHen. MNpun HerTponeHun nepen HUM
OBbIYHO MPOBOASAT KYPC UHTEPDEPOHA, a NP rMy6OKOM HEUTPOMEHUM NN aKTUBHOW MHDEKLLMN BO3MOXEH
npeaBapuTenbHbI BeMypadeHno.

Kak noctynaTb npu nuxopaake y naumeHTa ¢ BK/1?
TemnepaTypy =38,0 °C, coxpaHsIoLLYyOCH 2 Yaca, Ui Niobor ovar MHOEKLMM pacCMaTPUBAIOT KaK NoKasaHne K

HemMe[aNeHHOW CUCTEMHOW aHTubaKTepuansHoW Tepanuun. Jinxopanka npy BKIT o6b14HO He 9BNSeTCH NPOsBIEHVEM
OMyXONeBowm MHTOKCUKALMK.

Korpa MoXHO cuntaTtb neyeHne apheKTUBHbLIM 1 KOraa OLLeHNMBaTb PEMUCCUIO?
Ha doHe nHTepdepoHa unn semypadeHnbda ahdEKTUBHOCTL OLLEHMBAIOT He pexe OOHOr0 pa3a B MecsLl, HO

MHTEeP(dEPOH OLLeHNBaIOT He paHee 8-1 Hefenw. [ocne 3aBepLUeHns 3aniaHMpPOBaHHOW Tepanuu pesynbTaT
OLLeHMBaIOT Yepes 6-12 MecsLeB.

BbIXu1MKa caenaHa no TeKCTy pekoMeHaaLUmmn U He 3aMeHseT ero. MonHbI odULManbHbI TEKCT, KabKyNATOPbI 1 COKPaLLEéHHaa BepCusa:
https://lwkonaceyeHosa.pd/cr/130-volosatokletochnyj-lejkoz. OpuLmManbHbI UICTOUHUK: https://cr.minzdrav.gov.ru/preview-cr/130_2
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